Acute airway obstruction is a very rare presentation of achalasia. We report the case of a 78-year-old woman with previously undiagnosed achalasia who presented with acute respiratory distress and stridor due to tracheal compression by mega-oesophagus. Anaesthetists and physicians caring for patients with achalasia must be aware of the need for emergency oesophageal decompression in this rare and life-threatening condition.
Achalasia is an idiopathic motility disorder of the oesophagus characterised by aperistalsis of the oesophageal body and incomplete relaxation of the lower oesophageal sphincter during swallowing 1 . Achalasia presents most often with progressive dysphagia but other symptoms can include weight loss, chest pain and regurgitation 2 . Very rarely does achalasia present with stridor or respiratory failure [3] [4] [5] .
We report the case of an elderly woman with previously undiagnosed achalasia who presented with acute respiratory distress and stridor due to tracheal compression by mega-oesophagus. Three hypotheses purporting to explain respiratory compromise from mega-oesophagus are reviewed.
CASE HISTORY
A 78-year-old woman presented to the emergency department with shortness of breath and dull retrosternal chest pain. She had experienced progressive dysphagia for the past three months (particularly to solids) with choking episodes but had not presented for medical attention. She denied odynophagia, weight loss or regurgitation. Her past medical history was unremarkable and she was not taking any medications.
Physical examination on admission revealed a thin, cyanosed lady with vital signs: heart rate 130 beats/min, temperature 37.1°C, blood pressure 90/50 mmHg, RR 30 beats/min and SpO 2 of 52% on room air. Her trachea was central with equal but markedly diminished movement, breath sounds were very soft and accessory muscles were in use.
Her initial blood gases on room air showed an arterial pH of 6.90, PO 2 44 mmHg, PCO 2 141 mmHg and bicarbonate 27 mmol/l. Oxygen was administered by Hudson mask.
Her respiratory status deteriorated acutely within minutes and she developed inspiratory stridor with a decreasing level of consciousness. A size 7 endotracheal tube was inserted and the patient was ventilated with bag/mask. Repeated arterial blood gases on 100% O 2 showed an arterial pH of 7.28, PO 2 97 mmHg and PCO 2 of 55 mmHg.
Chest X-ray showed a widened mediastinum mediastinum. A CT angiogram demonstrated mega-oesophagus with mottled material and gas visualised, highly suggestive of food contents ( Figure 1 ). Compression of the tracheal lumen to 3 mm in span was seen at the level of the manubrium (Figure 2 ). No mass or lymphadenopathy was found. An endoscopy intubation of the oesophagus upper oesophageal sphincter. Glucagon 1 mg intravenously was administered which allowed entry examined to a distance of 50 cm from the mouth. The stomach was unable to be examined due to the abundance of solid food contents. An 18 gauge oro-gastric tube was inserted with manual drainage of oesophageal contents to allow decompression of the oesophagus and alleviating air trapping. The patient's clinical condition rapidly improved with oesophageal decompression with restoration of vital signs to normal parameters. She was successfully extubated the same day.
The patient had the diagnosis of achalasia endoscopies did not demonstrate any oesophageal or gastric malignancy and she has responded well to multiple botulinum toxin injections with no recurrence of symptoms.
DISCUSSION
Acute airway obstruction from mega-oesophagus is a rare presentation of achalasia 6 . A MEDLINE search of all cases from 1950 to 2007 using the search terms "achalasia" and "airway obstruction" from tracheal compression secondary to achalasia mega-oesophagus. Most patients reported with this condition are elderly and female 7 . Oesophageal decompression is the most successful treatment for achalasia mega-oesophagus with airway compromise and patients will improve rapidly, sometimes within minutes of tube insertion 8 . The precise mechanism by which oesophageal distension leads to respiratory compromise is unknown but there are three viable hypotheses. valve mechanism where the dilated oesophagus is displaced upwards behind the cricopharyngeus muscle 9 . This displacement results in air trapping, increased intra-oesophageal luminal pressure and the creation of a one-way valve at the cricopharyngeal sphincter with air allowed to enter on inspiration but prevented from release as the lower oesophageal sphincter fails to relax.
Dysfunction of the upper oesophageal sphincter is another proposed hypothesis 10, 11 . A high residual pressure in the upper oesophageal sphincter may make passage of air across the sphincter dilatation. An increased residual pressure in the upper oesophageal sphincter in patients with oesophageal achalasia compared to controls has been described in one study 11 . A larger study 12 . In order to spontaneously belch, the relaxation of the lower oesophageal sphincter is immediately followed by upper oesophageal sphincter relaxation 13, 14 . The third putative hypothesis supports an abnormal upper oesophageal sphincter relaxation to upper oesophageal distension 15, 16 mechanism has been shown to be defective in the majority of achalasia patients 16 and the aberrant mechanism is causative for acute airway obstruction from mega-oesophagus in at least one patient 15 .
In our case there was poor relaxation of the upper oesophageal sphincter tone in response endoscopy. This, together with the patient's classic the third hypothesis.
The intra-thoracic airway obstruction that characterises achalasia mega-oeosophagus has been 17 . The marked hypercapnia in our patient which has been reported in other cases of achalasia megaoesophagus 8 is attributable to very minimal tidal volumes.
There is also inadequate emptying of the lungs compressed trachea spanning 3 mm at its distal end, which can lead to progressive air-trapping and subsequent decrease in cardiac output. It is likely that this is the mechanism responsible for the initial hypotension recorded in our patient. Such haemodynamic abnormalities correct promptly once the intra-thoracic airway obstruction is removed by oesophageal decompression. Airway obstruction from mega-oesophagus is a rare complication of achalasia but striking for its clinical importance. It is a diagnosis which is imperative to make early, as not only is it an acute life-threatening condition but patients will improve rapidly with prompt oesophageal decompression. Our case highlights how achalasia can present in an acute and unexpected fashion and recognition of this serious complication is important for both anaesthetists and physicians managing patients with achalasia.
